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cells over-expressing NHERF1. These data suggest that NHERF1 participates in
the organization of the actin cytoskeleton through activation of RhoA and ezrin.
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Chronic airway obstruction may determine early hypoxaemia during exercise and
sleep even in patients with normal diurnal blood gases. The aim of our study
was to establish the occurrence of sleep-disordered breathing (SDB) in a cohort
of patients with cystic ﬁbrosis (CF), followed in our Cystic Fibrosis Unit. We
therefore studied 55 patients (49% M; 36% children (mean age 4.3±3.9, SaO2
% awake 97.7±1.5); 64% adults (mean age 20.9±4.9, BMI 21.1±3.6, SaO2 %
awake 97.1±1.1). All patients, in stable clinical conditions, underwent a nocturnal
standard polysomnography (sleep monitoring system Compumedics S-Series) and
respiratory functional evaluation during the day. Scoring of respiratory events was
performed according to standard criteria. Polysomnographic monitoring revealed the
occurrence of SDB, deﬁned as an apnea-hypopnea index (AHI) >5, in 52% of adults
and in 56% of children. In adults we found mean AHI 16.8±7.8, mean nocturnal
SaO2 93.9%±2.3, mean SaO2 min 88.2%±2.2; in children we found mean AHI
12.5±5.8, mean nocturnal SaO2 93.7%±1.2, mean SaO2 min 89.2%±3.2. In both
adults and children we found a similar prevalence of upper airways obstruction
(sinusitis and rhinitis), a major cause of SDB, in groups with SDB and without
SDB. In adults we found a lower mean FEV1% in the group with SDB as compared
to the group without SDB (50% vs 64%, respectively).
These data show a high prevalence of sleep-disordered breathing in patients with
cystic ﬁbrosis. In these patients SDB occurs in an early phase of life and in
adulthood SDB seems to be associated to a lower respiratory function.
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Background: Shorter patients are much more likely to die before taller patients.
Based on these data, short stature should not be considered benign to patients with
cystic ﬁbrosis. Several studies have also well established that children with normal
lung function have a signiﬁcantly better nutritional status. Stature is an easy criteria
to screen patients at risk of malnutrition. Inﬂuence of nutritional status on lung
function (FEV1) has never been assessed in Italy.
Aim: To evaluate the correlation between stature, age and FEV1 in Italian CF
patients.
Patients and Methods: We enrolled 620 CF patients aged 6−18 years (F 51%,
mean age 11±5.3 yrs) followed-up in 10 Italian Reference Centres. Patients were
divided into 3 age-groups (6−9, 10−14 and 15−18 yrs). We compared these groups
by calculation of Height-for-age Z-score (HAZ) and lung function expressed as
FEV1% predicted.
Results: Trend of relationship between FEV1 and HAZ is shown in ﬁgure 1.
Fig. 1. HAZ and FEV1 progressively decrease with age (6−9 yrs: HAZ −0.23,
FEV1 93.4%; 15−18 yrs: HAZ −0.93, FEV1 78.3%).
Conclusions: Also in Italian CF patients HAZ decreases with age, as well as FEV1.
Early identiﬁcation and treatment of malnutrition is essential to start an adequate
supporting feeding and to prevent a long-term worse outcome, in terms of quality
of life, lung status and, ultimately, survival.
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Background: Cystic Fibrosis (CF) is a chronic disease characterized by an in-
creased energy demand. Nutritional management is difﬁcult for several clinical and
psychosocial reasons but an early detection of malnutrition is essential for a better
prognosis. Different auxologic indexes have been used to identify malnutrition but,
presently, a gold-standard is not yet available.
Aims: To compare (a) growth charts of Italian CF patients and normal subjects,
and (b) different auxologic indexes in evaluating malnutrition as a function of age.
Patients and Methods: We studied 941 CF patients aged 0−18 years (M 51.1%,
mean age 9.2±6.4 yrs) followed-up in 10 Italian Reference Centres. Height-for-Age
percentile (HAP), Weight-for-Age percentile (WAP) and BMI were calculated in
all patients and used to draw the correspondent growth charts in two sexes. We
compared the course of 50th percentile (pc) in CF patients and normal subjects
(CDC 2000). We also calculated Weight-for-Length pc (WLP) in patients < 2 years
and BMI pc (BMIp) in patients aged 2−18 years. We compared the course of HAP,
WLP and BMIp in patients with real malnutrition, alone (HAP< 5th, WLP< 10th
and BMIp< 10th) and together with those at risk for malnutrition (HAP, WLP and
BMIp< 25th).
Results: HAP, WAP and BMI 50th pcs in CF patients were lower than normal sub-
jects, in both sexes and at all ages considered. HAP and WLP had a similar course
(HAP< 5th: 14% and WLP< 10th: 12.9%; HAP< 25th: 35.1% and WLP< 25th:
35.7%). BMIp< 10th seemed a better index than HAP< 5th, mainly in the pre-
pubertal age (2−5 yrs: 14.3 vs 7.1%; 14−18 yrs: 23 vs 21.9%, respectively). On the
other hand, the frequency of BMIp< 25th was higher than HAP< 25th only in the
ﬁrst years of life (2−5 yrs: 42.2 vs 33.7%, respectively); HAP< 25th progressively
became more frequent than BMIp< 25th (14−18 yrs: 55.8 vs 38.8%, respectively).
Conclusions: Our results show that Italian CF children have subnormal growth
at all ages. Not a single but a combination of different indexes may be useful to
correctly identify and better manage malnutrition.
*This Poster has been presented also as Oral Communication, by invitation of
the Scientiﬁc Committee
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Background: About 10−30% of adult patients with acute recurrent episodes or
signs of chronic pancreatitis is deﬁned as suffering from Recurrent Idiopathic
Pancreatitis (RIP); on the other hand, the epidemiology of pancreatitis is not well
understood in pediatry. Furthermore, RIP can also be a manifestation of cystic
ﬁbrosis (CF). Several genetic studies have recently demonstrated a role of CFTR,
SPINK1 and PRSS1 genes in the pathogenesis of RIP.
Aim: to report the experience of a single centre in the evaluation of RIP occurrence
as the ﬁrst manifestation of CF.
Patients and Methods: We studied, retrospectively, 51 young patients (27 F, mean
age at diagnosis: 11.1±6.7 yrs) affected by recurrent acute pancreatitis and showing
signs of chronic pancreatitis. All patients were submitted to ERCP to exclude
bilio-pancreatic malformations. Patients without malformations underwent sweat
test and genetic analysis: CFTR gene was evaluated by DHPLC method and the
most common mutations of PRSS1 and SPINK1 genes were also studied.
Results: A bilio-pancreatic malformation was diagnosed in 12 patients (23.5%:
5 choledochus cyst, 2 pancreas divisum, 2 duodenal duplication, 2 choledochus
